It was Professor W B Bean, that fine medical writer, who in 1958 became rapidly 'lost in a sea of eponyms which designate the various bizarre vascular syndromes characterized by angiomatous lesions of the skin, with underlying vascular anomalies of the brain, extremities or other tissues". He followed the trail of papers back to the last century and found it 'wonderfully curious' that Klippel and Trenaunay, for example, should be remembered eponymically at all. He wanted to drain the sea of eponyms once and for all, and to discard all such names; but 30 years later we are still up to our necks in them.
Of course, most port wine stains occur as isolated abnormalities. They are now thought to be a progressive ectasia of normal vasculature and not proliferative lesions", The dilated blood vessels lie mainly in the upper 0.5 mm of the dermis but, in some patients, may extend throughout the dermis. A decreased neural mass has been found in these lesions:': this hints that a neural defect underlies the abnormal vascular dilatation, and fits with the known association of port wine stains with abnormalities of the central nervous system, as in the Sturge-Weber syndrome.
Here a capillary naevus in the trigeminal area is the skin marker of angiomatous malformations of the meninges, which may lead to mental retardation, epilepsy or hemiparesis. Such deeper malformations manifest themselves during the first year of life in 50% of patients with the syndrome, and during childhoodin all but a few. Onset after the age of 20 is very rare, but intracerebral lesions may remain silent throughout life. An important clinical point is that intracranial involvement seldom occurs if the capillary naevus is entirely below the palpebral fissure. Glaucoma may develop at an early age, and the risk of this is 40% if both upper and lower lids are involved. Cobb's syndrome is an intradural spinal angioma with a port wine stain in a related dermatome", Non-neurological associations occur too. The Klippel-Trenaunay syndrome is a complex abnormality in which a port wine stain is often present at birth; over the years varicosities and a cavernous component may become apparent, sometimes with limb hypertrophy.
A genetic basis for some port wine stains is possible in view of the company they keep, such as the Rubinstein-Taybi syndrome (including mental deficiency, a small head and retarded growth but with broad thumbs and big toes), trisomy 13, trisomy 18, and the XXYY syndrome. However, port wine stains can also be induced -once by thalidomide and now in the fetal alcohol syndromes.
An ugly vascular naevus on the face, even without other associations, may have profound effects on a child's emotional development. In adult life a port wine stain tends to become darker and its surface may become more bumpy and verrucose. We are fortunate that the British Red Cross Society has now undertaken to provide a camouflage service throughout most of Britain", and that a change in modern attitudes has made it easier for men as well as women to use cosmetics.
In addition, our ability to destroy these lesions has improved. Grenz and X-rays, thorium X and radium have long-term side effects and are no longer used. Skin grafting is still used in some centres but may leave a 'glaring patch of alien skin'". Liquid nitrogen cryotherapy and the tattooing of pigments into the dermis have their keen proponents but neither is ideal, and lasers have now entered the field.
Both argon and tunable dye lasers have been used with some success. The aim is to damage the vessels only, but probably the end result is a controlled dermal fibrosis. A non-laser source of infrared has given comparable results". One possible, less destructive approach for the future might be to try to re-establish normal vasoconstrictor/dilatator balance in such naevi. By then we will have sailed through the sea of eponyms to 'follow knowledge like a sinking star, beyond the utmost bound of human thought'.
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